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ABSTRACT
Objective: To describe the epidemiological, clinical, and serological features of cutaneous lupus mucinosis and its

relationship to systemic lupus erythematosus as well as elucidate the histopathological features of cutaneous lupus
mucinosis and describe how these features differ from tumid lupus erythematosus. Design: Case review and assessment
of the literature. Setting: University academic setting. Participant: One patient. Results: The authors report a case of
antinuclear antibody negative cutaneous lupus mucinosis in a patient without systemic involvement who responded to
hydroxychloroquine and intralesional triamcinolone. A review of the literature found 30 reported cases of cutaneous lupus
mucinosis, three of which were antinuclear antibody negative and the majority had systemic lupus erythematosus. The
most common therapy reported is systemic corticosteroids; however, the patient described in this case had significant
improvement of the lesions with only intralesional steroid injections and hydroxychloroquine. Considering the proportion
of patients with cutaneous lupus mucinosis who progress to systemic lupus is uncertain, the authors suggest following
these patients closely for evidence of multisystem disease. Conclusion: The authors report a case of antinuclear antibody-
negative cutaneous lupus mucinosis in a patient without systemic lupus erythematosus who responded to
hydroxychloroquine and intralesional triamcinolone. Given the rarity of this condition and reported association with
systemic lupus erythematosus, it is important to follow these patients clinically for any signs or symptoms of systemic
involvement.  (J Clin Aesthet Dermatol. 2013;6(4):37–40.)
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A38-year-old Vietnamese man presented with a two-
year history of several painful, slightly scaly,
erythematous nodules first appearing on the chest

and later on the bilateral posterior arms. The lesions had
significantly increased in size and became painful in the
prior three months causing the patient to seek treatment.
His past medical history was unremarkable and he denied
any systemic signs or symptoms including fever, oral
ulceration, photosensitivity, or arthralgia. He reported no
family history of lupus erythematosus or other connective
tissue disease. Physical examination revealed multiple,
tender, firm, erythematous nodules with fine scale on the
anterior chest and posterior arms (Figure 1). No ocular or
oral ulcerations were noted. Laboratory evaluation showed
a normal complete blood count, basic metabolic panel,
serum creatinine, liver function tests, urinalysis, thyroid
stimulating hormone level, antinuclear antibody (ANA),
and rheumatoid factor. G6PD testing was within normal

limits. An incisional biopsy specimen of the left arm
showed a dense superficial and deep perivascular and
periadnexal lymphocytic infiltrate in the dermis with
overlying parakeratosis and focal vacuolar alteration of the
dermal-epidermal junction (Figures 2A and 2B). The
entire dermis and subcutaneous fat was completely
replaced with mucinous material (Figures 3A and 3B).
There was no evidence of vasculitis. The patient was
treated with hydroxychloroquine 200mg twice daily and
intralesional triamcinolone acetonide 10mg/cc. At four-
week follow up, there was significant flattening of the
lesions and decreased erythema and near resolution of
tenderness. The patient did not develop any new lesions in
the interim. Originally described by Gold1 in a patient with
systemic lupus erythematosus who presented with white,
lumpy lesions on the neck and back, cutaneous lupus
mucinosis (CLM) is a rare, distinct subset of chronic
cutaneous lupus erythematosus. Recent reports in the
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literature have sought to elucidate the specific clinical and
histopathological characteristics of CLM.
The authors reviewed the 30 known cases of CLM

reported in the English language by PubMed search and
derived demographic, clinical, and histopathological data
to help define this clinical entity. In this cohort, 47 percent
were male and 53 percent were female. Interestingly, in
Caucasian patients, there was a female preponderance
while in Asian patients, males predominated. The
significance of this finding is unknown. The average age of
presentation is 37.6 years with two-thirds of cases
presenting in the fourth and fifth decades of life. There was
no significant difference in the age of onset when
comparing males to females. The range of presentation of
CLM is highly variable; the most common presentation
being multiple skin-colored nodules varying in size.
Moreover, there is a report of one case presenting with
profound mucinosis in tumorous masses1 and another with
just a single nodule on the shoulder.2 In terms of
distribution, 87 percent of patients with CLM had lesions
on multiple body areas. The most common locations are
the back and upper arms, but lesions may be seen on the
face, neck, chest, hands, breasts, and the lower
extremities. CLM has a very strong association with
systemic lupus erythematosus (SLE). Based on this review,
77 percent of patients with CLM had met 4 of the 11
criteria defined by the American College of Rheumatology
for SLE prior to presentation.1–4,8–23 However, not all of these
patients had been given the diagnosis of SLE; some
patients with CLM had, by history, demonstrated signs
and/or symptoms of SLE or discoid lupus erythematosus
(DLE) months before actual presentation, while other
cases had nonspecific symptoms (arthralgia, proteinuria,
and malar rash) that were postulated to be early features
of systemic disease. Only one documented case of CLM has
been asymptomatic and without evidence of systemic
disease.4 In the literature, ANA positivity in CLM has been
observed in 25 of 30 cases (83%), while 3 of 30 were ANA
negative and 2 of 30 were not reported. The case described
herein is atypical in that it occurred in a patient with no
prior history of lupus erythematosus and is ANA negative.
Thus, considering that most reports suggest a relationship
between SLE and CLM, it is imperative to follow these
patients clinically to ascertain new signs or symptoms
consistent with SLE, although the risk of progression to
systemic disease has not been firmly established. Although
the etiopathogenesis of CLM is unknown, numerous
hypotheses have been reported, including an abnormal
immune response linked to human leukocyte antigens
(HLA) B8 and DR3 haplotypes, increased
glycosaminoglycan production by dermal fibroblasts
stimulated by an unidentified cytokine,5 an increase in
mucinoses-related cytokines by male sex hormones,6 or
suppression of mucin degradation.7 The diagnosis of CLM
can be supported on the basis of the unique histological
features. Prominent findings include a dense perivascular
and periadnexal lymphocytic infiltrate with striking
pandermal and subcutaneous masses of mucinous material

Figure 1.Well-circumscribed erythematous tumor with subtle scale
on the triceps 

Figures 2A and 2B. Scanning view (A, 40x) showing dense 
superficial and deep perivascular and periadnexal mononuclear 
cell infiltrates with focal parakeratosis and subtle vacuolar 
interface dermatitis. High-power (B, 400x) magnification
demonstrating subtle vacuolar interface dermatitis with 
overlying parakeratosis and pigment incontinence.
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with or without interface dermatitis. Recent reports have
also documented vasculitis in CLM.12 Histopathologically,
CLM should be differentiated from tumid lupus
erythematosus (TLE). TLE typically lacks interface
changes, although there are reports of focal interface
changes at the dermal-follicular and the dermal-epidermal
junction.23 In CLM, interface changes tend to be more
common and have been documented in 13 of 30 patients to
date.1–4,8–23 Moreover, only 7 of 30 cases have not
demonstrated interface dermatitis, while in 10 of 30, the
presence or absence of interface dermatitis was not
documented.1–4,8–23 The massive amounts of mucin spanning
the entire dermis observed in CLM differs from TLE, which
is present in much lesser quantities and has a more
interstitial distribution. Numerous therapeutic approaches
have been used to treat CLM, including indomethacin,
mepacrine, chloroquine, topical steroids, intralesional
triamcinolone (5mg/cc), prednisolone, prednisone,
sulphonamide, salicylates, adrenocorticotropic hormone
(ACTH), bismuth, gold injections, hyaluronidase, and
hydroxychloroquine.1–4,8–23 The response to systemic
corticosteroids (up to 60mg of prednisone daily) has been
observed in 13 reported cases, with significant
improvement in the cutaneous lesions in all patients.1–4,8–23

In 11 cases, the use of antimalarials showed efficacy in six
patients, while four showed no response and one showed a
partial and temporary response. Only one case in the
literature reported intralesional injection with
triamcinolone, which showed some efficacy. In the patient
described herein, a reduction in the erythema and size was
noted after one month of hydroxychloroquine 200mg twice
daily and intralesional triamcinolone 10mg/cc. This case
demonstrates the efficacy of low-dose intralesional
triamcinolone combined with hydroxychloroquine for the
treatment of CLM while avoiding the use, and serious side
effects of, systemic corticosteroids. In conclusion, the
authors report a case of ANA-negative cutaneous lupus
mucinosis in a patient without SLE who responded to
hydroxy-chloroquine and intralesional triamcinolone.
Given the rarity of this condition and reported association
with SLE, it is important to follow these patients clinically
for any signs or symptoms of systemic involvement.
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